Background: Macrophage Activation Syndrome (MAS) is a life-threatening syndrome characterized by excessive immune activation. It can be triggered by conditions affecting immune homeostasis, such as infections, malignancies and rheumatologic disorders, including Systemic Lupus Erythematosus (SLE). In previous studies, prevalence of MAS among SLE patients ranged from 0.9% to 4.6%. Objectives: To describe the presentation and treatment of both MAS and SLE in patients with both syndromes. Methods: Monocentric retrospective evaluation: patients with MAS according to HLH classification criteria were identified in our cohort of SLE patients (classified according to ACR and SLICC criteria)followed for at least 1 year between 1972 and 2014. Results: Among 511 patients with SLE (mean age at diagnosis:31 years ±2),6 patients (1.2%)with MAS were identified (all female). Their main clinical and laboratory features are reported in table 1.Median HLH score was 226.5 ,with a probability of having MAS of 96%.In all cases MAS happened simultaneously to the onset of SLE.Median age at diagnosis was 31.5 years, median SLEDAI was 12.All patients had fever above 38°C,lymphadenopathy,hematological involvement,and high titer ANA positivity. Workup for infections and malignancies was negative in all cases.All patients were treated with corticosteroids (100% received intravenous immunoglobulin pulse of methylprednisolone);concomitant medications were: cyclosporin A in 83%, IVIG in 67%, granulocyte colony-
stimulating factor in 17%, mycophenolate mofetil in 17%, etoposide in 17% and plasma exchange in 17%. Two patients required haemotransfusion.All cases required hospital admission, and 2 were admitted in intensive care unit. No death from MAS was observed (median follow up: 34.5 months;IQR25-48).One patient died 44 months after after MAS for pulmonary adenocarcinoma. Background: Patients with primary Sjögrens' syndrome (PSS) suffer from severe alterations in both the quality and quantity of saliva and tears. Body water represents around 50-55% of the body weight. Tears contain 98% of water and saliva 99.5%. Objectives: To evaluate the percentage of total body water (TBW) among patients with PSS and to assess its correlation with sicca symptoms. Methods: We included 85 patients with PSS and 85 historical non diabetic controls matched by gender, age (±3 years) and body mass index (±1kg/m 2 ) (BMI). We assessed the presence of sicca symptoms, Schirmer-I test, non-stimulated whole salivary flow (NSWSF) and ocular staining. We also evaluated the ocular and oral domains of the ESSPRI, a validated scale for symptoms (a higher score implies worst symptoms). We obtained the TBW percentage with a bioelectric impedance analysis (BIA-SECA-514, Hamburgo). Results: 80% were women, mean age 54.8±13.7 years and mean disease duration 11.5±7.52 years. The percentage of TBW was similar among patients and controls (PSS 46.85±4.6 vs. 46.9±4.5, p=0.88). Among the patients, the TBW negatively correlated with age (ρ=-0.25, p=0.02), disease duration (ρ=-0.30, p=0.005), BMI (ρ=-0.78, p=0.001) and the ocular component of the ESSPRI (ρ=-0.28, p=0.01), but not with the NSWSF or the ESSPRI oral component. When we compared the patients in the 25% percentile (group with the lowest % of water) vs. the remaining patients, the former group was older (56.6±8.1 vs. 54±14.2, p=0.02), with longer disease duration (12.4±5.9 vs. 10.8±7.12, p=0.03), lower scores at the Schirmer test (1 (range 0-8) vs. 2 (range 0-9), p=0.01), higher BMI (31.1±5.1 vs. 23.7±2.9, p=0.001) as well as with higher ESSPRI ocular domain scores (8.3±1.4 vs. 6.7±2.5, p=0.007). With the linear regression analysis, the variables that remained associated with the TBW were disease duration (β -0.22, p=0.001), BMI (β-0.76, p<0.001) and the ocular domain of the ESSPRI (β-0.15, p<0.001). Conclusions: Patients with PSS had similar TBW percentage than controls. However among patients with PSS, the TBW had a negative correlation with the intensity of ocular symptoms independently of disease duration, age and BMI. 
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Background: Concurrent infections turn out to be the second leading cause of death in systemic lupus erythematosus (SLE) pts after SLE per se. Immunization of SLE pts with pneumococcal vaccine is an important prophylactic approach to prevent severe lower respiratory tract (LRT) infections in SLE pts. Objectives: To study the relevance of 23-valent pneumococcal vaccine for immunization of SLE pts. Methods: The study included 30 SLE pts, 27 females, 3 males, aged 19 -62 y. Duration of follow up (FUP) was 12 months in 24 pts, and 7-10 months -in 6 pts. High disease activity at the time of immunization was documented in 1 patient, low activity -in 20 pts, moderate -in 4 pts, and remission -in 5. 29 pts were treated with glucocorticosteroids (GCs), 23 -with hydroxychloroquine, 14 pts -with cytostatic (CS) agents. Twelve pts were on biological diseasemodifying antirheumatic drugs (bDMARDs). One dose (0,5 ml) of 23-valent polysaccharide pneumococcal vaccine was administered subcutaneously. The duration of FUP was 7-12 months. Control visits were scheduled as follows: at baseline (Visit 1), at 1st, 3rd, and 12th months (Visit 4) after immunization. Standard clinical examination and lab tests, including blood immunology, were performed at each visit. Vaccine immunogenicity was evaluated based on the level of serum antibodies (AT) to Streptococcus pneumoniae capsular polysaccharide (VaccZymeTM PCP Ig 2 panels (The Binding Site Ltd, Birmingham, UK)) -4 times during 1 year. Results: No post-immunization complications were seen in 11 (36,7%) pts, local reactions of varying intensity lasting from 2 to 7 days were documented in 18 (60%) pts. One patient (3,3%) developed the local type III hypersensitivity reaction known as Arthus phenomenon. All symptoms subsided within 7 days after administration of antihistaminic agents and local GCs. Not a single vaccinationrelated SLE exacerbation episode was documented in 24 pts during the FUP. Significant (≥2-fold vs baseline) increase of serum AT levels to S. pneumoniae polysaccharide was observed during the FUP (Table) . In 10 (41,7%) out of 24 pts ("non-responders") more than 2-fold increase of anti-S. pneumoniae ATs was not achieved by 12th month of FUP. Among them 7 (70%) pts were receiving bDMARDs. 4 (28,6%) out of 14 "responders " were also treated with bDMARDs. Non-severe pneumonia was documented in 2 out of 24 pts within1 year after vaccination; both cases successfully resolved after 7-and 5-days of oral antibiotic treatment in an out-patient setting. Both pts had episodes of pneumonia in past medical history. One of them had SLE-induced interstitial lung disease. This patient was treated with GCs, mycophenolate mofetil, and rituximab, no post-vaccination response was documented. The second patient had two previous pneumonia episodes, she demonstrated 4-5-fold increase in anti-S. pneumoniae AT titre; her therapy included GCs (10 mg/day) and hydroxychloroquine. There were no clinical or radiological symptoms of pneumonia in remaining 22 pts during the whole FUP. Background: Systemic lupus erythematosus (SLE) is a chronic systemic autoimmune disease characterized by a relapsing-remitting course. Long-term prognosis of SLE patients remains poor [1] . Due to the effect of potent anti-inflammatory and immunosuppressive, glucocorticoids (GCs) remain the cornerstone of treatment in SLE. However, GCs produce several adverse reactions, most are time and dose dependent, limiting their clinical usefulness. Increased longevity with prolonged exposure to GCs and inflammatory insults might contribute to organ damage accrual, which retards further improvement of survival in these patients [2] . Assessment the extent of organ damage caused by SLE has been considered an important part of the assessment of prognosis. The Systemic Lupus International Collaborating Clinics/American College of Rheumatology (SLICC/ACR) Damage Index (SDI) is a validated instrument designed to measure irreversible damage resulting from SLE disease activity and its treatment. The study of damage accrual in patients with SLE caused by the long-term treatment of GCs is still not clear.In a large SLE cohort, followed prospectively, we determined to investigate the association between damage accrual with GCs, both cumulative prednisone dose and high-dose prednisone. The results of our study could shed more light on the risk/benefit ratio of GCs in long-term maintenance treatment with SLE patients. Objectives: To evaluate the association between long-term glucocorticoids use and damage accrual in patients with systemic lupus erythematosus. Methods: Medical records of 535 SLE patients from Department of Rheumatology and immunology of Anhui Provincial Hospital were reviewed. 512 patients were femal. The cohort's mean age was 38.27±12.84 years with mean disease duration of 7.33±5.75 years. Their Systemic Lupus International Collaborating Clinics/American College of Rheumatology Damage Index (SDI) scores were noted.
Conclusions
(1) Univariate analysis and multivariable regression analysis were performed to determine factors associated with SDI. (2) Analysis were also performed to determine damage associated with cumulative prednisone dose and high-dose of prednisone (exposure to prednisone at a dosage of 60 mg/day for 1 month). Results: (1) Among 535 patients in our cohort only 5 paitents (0.9%) had never been treated with glucocorticoids. A total of 192 patients (35.9%) had been treated with high dose of prednisone. In addition, 86.9% of patients had been treated with hydroxychloroquine. (2) The highest organ damage was musculoskeletal (n=79, 14.8%), followed by skin damage (n=35, 6.5%) and renal (n=28, 5.2%). Ninety patients were diagnosed with hypertension. (3) SDI scores were associated with age of onset, exposure to high-dose prednisone, hypertension.(4) Cumulative prednisone dose was associated with osteoporosis, osteonecrosis and hypertension; exposure to high-dose prednisone was associated with osteonecrosis, lupus nephritis and hypertension. Conclusions: Long-term taking prednisone predicted damage accrual. The most common damage was osteoporosis, osteonecrosis and hypertension. Background: Systemic lupus erythematosus (SLE) is a clinically autoimmune disease characterized by production of autoantibodies and immune complex deposition. That induces multiple organ damages such as nephritis, pneumonitis and central nervous system (CNS) lupus et al. Moreover, SLE which mainly occurs in reproductive woman could threaten ovarian function. In recent years, ovarian reserve dysfunction in SLE are attracting increasing attentions. Especially cyclophosphamide (CYC) therapy was already well known as a higher risk to result in premature ovarian failure (POF) 1,2. However, few research has been performed in association between SLE itself and ovarian reserve. POF which is a critical cause of secondary amenorrhea and infertility still has not been treated effectively until now. Accordingly, an early precaution is important to make an informed decision about impaired ovarian reserve in SLE. Objectives: To study the association between systemic lupus erythematosus (SLE) itself and strongly reduced Anti-Müllerian Hormone (AMH) values. Methods: SLE women during reproductive ages 18-40 years were recruited compared with age-matched healthy controls (HC). AMH Levels and its relationship to clinical parameters and disease activity were investigated.
